The parents decided to refrain from having another child in view of the probable 25% recurrence risk and the impossibility of prenatal diagnosis.
Spinal muscular atrophy type I (SMA I) is generally considered to be an autosomal recessive disease.'2 Recently, linkage has been described of a major gene for SMA I (and for autosomal recessive SMA II and III) with DNA markers in the chromosomal region 5ql2-13.3-' Some authors78 estimated that an a priori proportion of 5% of all SMA I families are not linked to the 5ql2-13 region, probably because of misdiagnosis, phenocopies, or spontaneous dominant mutation, but proof for this is lacking. Other authors do not consider a minority of SMA I cases to be unlinked to 5q. 9 We report a family which suggests the existence of another locus for autosomal recessive SMA I.
Case report A male infant was born by caesarean section because of intrauterine fetal distress. Apgar scores were 1, 7, and 8 at one, five, and 10 minutes respectively. The child was hypotonic, had a weak cry, and had a simian crease on both palms. Otherwise no abnormalities were noted at the age of 1 day. In particular, there were normal tendon reflexes and no contractures. The child was discharged from hospital. 
